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Pylephlebitis, or septic thrombophlebitis of the portal vein and/or its tributaries with associated liver abscesses, is a rare complication of Crohn\'s disease (CD) that often presents in the setting of poorly controlled disease and increased immunosuppressive therapy, secondary to suppuration in the region drained by the portal system \[[@B1]\]. We describe a patient with active CD who initially presented with a clinical picture and hepatic radiographic findings raising concern for pylephlebitis and associated liver abscesses but subsequently confirmed to be an atypical form of focal fatty liver disease.

Fatty infiltration of the liver can present with both diffuse and focal forms and is generally caused by increased levels of triglycerides in hepatocytes. While focal fatty infiltration is not often considered in children, predisposing conditions in children and young adults are the same as for diffuse fatty infiltration and include diabetes, parenteral nutrition, cystic fibrosis, inherited metabolic diseases, chemotherapy, steroid use, malnutrition and obesity. Typically focal fatty infiltration of the liver does not display mass effect, and branches of the hepatic and portal veins traverse it without changing their course. Focal fatty infiltration of the liver can be transient in nature and may not be consistently seen on radiographic examinations. Focal fatty infiltrations are typically located adjacent to the falciform ligament, gallbladder fossa or porta hepatis. The characteristic location and lack of mass effect on imaging studies in children and young adults who have no evidence of liver disease support the diagnosis of focal fatty infiltration of the liver \[[@B2]\]. On the other hand, pylephlebitis and associated liver abscesses display a branching pattern on radiographic imaging. To the best of our knowledge, our patient is the first reported case of atypical distribution of focal fatty liver disease with poorly controlled inflammatory bowel disease (IBD).

Case Report {#sec1_2}
===========

A 17-year-old female with long-standing fibrostenotic CD necessitating ileocecostomy presented with a 3-week history of worsening abdominal pain and increased stool frequency. Additionally, she reported increased fatigue and recent initiation of 17.5 mg of methotrexate weekly for enteropathic arthritis. Physical examination was remarkable for mild abdominal tenderness to palpation. Medications at the time included 9 mg of budesonide per day and adalimumab 40 mg weekly in addition to methotrexate. Computed tomography (CT) enterography revealed active inflammation of the ileum as well as multiple small branching low-density areas in the inferior aspect of the right lobe of the liver and near the porta hepatis, suggestive of small fluid collections versus thrombosed peripheral veins (fig. [1](#F1){ref-type="fig"}). Due to concern for hepatic abscesses and CD exacerbation, she was subsequently admitted to the hospital for broad-spectrum intravenous antibiotic therapy. Laboratory workup revealed: hemoglobin 10.8 g/dl, leukocyte count 6.3 × 10^9^/l, platelets 459 × 10^9^/l, aspartate aminotransferase 18 U/l (normal 8--43), alanine aminotransferase 8 U/l (normal 7--45), alkaline phosphatase 102 U/l (normal 52--144), and total bilirubin 0.2 mg/dl (normal 0.1--1.0). C-reactive protein was elevated up to 13.7 mg/l and sedimentation rate was 24 mm/h. A coagulation panel was notable for an elevated D-dimer of 820 mg/ml and elevated fibrinogen of 472 mg/dl. Further history and physical examination revealed no recent fever, right upper quadrant pain, tenderness or hepatomegaly. Review of the CT scan revealed patent portal, mesenteric and splenic veins.

To confirm our working diagnosis, a liver ultrasound with Doppler was performed and demonstrated several small, ill-defined, echogenic areas near the porta hepatis and in the inferior aspect of the right lobe of the liver, corresponding to the low attenuation area on the CT enterography, with sonographic appearance most consistent with focal fatty infiltration (fig. [2](#F2){ref-type="fig"}), and a patent portal vein. Magnetic resonance imaging of the abdomen with fat saturation confirmed that the hepatic lesions represented focal areas of fatty deposition. The patient\'s blood cultures did not grow any organisms, intravenous antibiotics were discontinued, methotrexate was optimized at 25 mg per week, and the patient was discharged home on a taper of budesonide.
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Focal fatty liver infiltration is a much less common condition than the diffuse form. Typical locations for focal fatty liver deposition include the gallbladder fossa, the medial segment near the falciform ligament and at the porta hepatis \[[@B3]\]. Fatty liver disease is well recognized in patients with CD. In one study of 511 patients with IBD, about 40% of patients with CD had some degree of diffuse liver steatosis \[[@B4]\]. In another study of IBD patients receiving corticosteroids, 43% of patients with CD had focal fatty changes in the liver hilum \[[@B5]\]. It has to be noted that hepatic steatosis was not related to the site, duration or activity of disease. The atypical branching peripheral pattern of focal fatty deposition seen in our patient has not been described in the above study. Atypical patterns of hepatic fatty infiltration present significant diagnostic difficulty in differentiation from other pathological processes, especially liver abscesses, and often require additional radiological investigation.

Pylephlebitis, or septic thrombophlebitis of the portal vein, occurs secondary to suppuration in the region drained by the portal system or one of its tributaries. Inflammation, or interaction with the infectious agent and the endothelium, may precipitate the clotting cascade, which results in pylethrombosis \[[@B6]\]. Pylephlebitis is a rare complication of intraabdominal infections and is associated with significant morbidity and mortality if left untreated. Diverticulitis and appendicitis are the most common inciting infections, but there have been few reported cases of pylephlebitis attributed to IBD \[[@B6], [@B7]\]. Pylephlebitis typically occurs secondary to translocation of gut flora to the portal vein through the inflamed gut mucosa \[[@B7]\]. Thromboembolic compilations in patients with IBD are associated with active disease, previous abdominal surgery and sepsis \[[@B8]\]. Clinical manifestations of pylephlebitis are often nonspecific and most commonly include abdominal pain and fever. Less common presentations include right upper quadrant tenderness, hepatomegaly and, rarely, jaundice. The diagnosis is made with imaging studies demonstrating portal and/or mesenteric vein thrombosis, with associated liver abscesses along the terminal branch of the portal vein. Bacteremia is also present in a large percentage of patients \[[@B9]\]. Ultrasound with Doppler and CT scan can both demonstrate echogenic material within the portal vein suggestive of thrombus, but CT has the advantage of mesenteric and splenic vein thrombosis detection. Broad-spectrum polymicrobial antibiotic therapy is the mainstay of treatment and should be continued for a minimum of 6 weeks \[[@B1]\]. Anticoagulation has been suggested in conjunction with antibiotic therapy for pylephlebitis but remains controversial \[[@B1], [@B9]\].

In conclusion, focal fatty infiltration can occur in atypical locations in the liver and presents a diagnostic dilemma in patients with poorly controlled IBD and increased immunosuppressive therapy. The most important differential is pylephlebitis with associated hepatic abscesses. Patency of the portal vein and its tributaries, as in our case, can help exclude the condition. Liver ultrasound with Doppler is the noninvasive, cost-effective imaging study of choice to confirm the diagnosis and avoid undue use of prolonged antibiotics.
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![Liver ultrasound showing small echogenic areas near the porta hepatis (thin white arrow) and the inferior aspect of the right lobe of the liver (thick white arrows), consistent with focal fatty infiltration.](crg-0007-0327-g02){#F2}
